**What was known?**

Sebaceous nevi are uncommon congenital skin lesions with a well-recognized potential for neoplastic change.

Introduction {#sec1-1}
============

Nevus sebaceous is uncommon hamartomatous lesions occurring in 0.3% of neonates.\[[@ref1]\] They were first described by Jadassohn in 1895 and are most commonly seen on the head and neck whilst similar lesions elsewhere on the body are termed verrucous epidermal nevi.\[[@ref2][@ref3]\] Usually recognized at birth or in early childhood, sebaceous nevi remain small and hairless until puberty when they may become larger and verrucous. In late adult life they have a well-documented neoplastic potential. Such changes are rarely seen in childhood. We report a patient with nevus sebaceous with one benign and one malignant tumor simultaneously occurring in a single lesion- syringocystadenoma papilliferum and basal cell carcinoma on face.

Case Report {#sec1-2}
===========

A 27-year-old male came to the department of dermatology with a lesion on the left cheek that had been present since birth. In the preceding 2 months he had noticed a change in the lesion. On close inspection he had a linear lesion on the left cheek that measured 5 cm in length with a maximum width of 3 cm. This was a well-defined brownish, plaque with a rough surface \[[Figure 1](#F1){ref-type="fig"}\]. Past medical history and general physical examination were unremarkable. Under local infiltration of xylocain 2% with adrenalin the lesion was excised as an ellipse with a 2 mm clearance margin and the wound closed primarily. Sections were stained with hematoxylin and eosin and examined with a light microscope. On histology epidermis revealed hyperkeratosis, hyperplasia, mild koilocytosis, papillomatosis and focal invagination in dermis lined by squamous cells. Dermis revealed mature sebaceous glands, few hair follicles and sweat glands. The invaginating epidermis into the dermis forms a cyst with numerous papillary projections \[[Figure 2](#F2){ref-type="fig"}\]. The cross sections of these papillae were lined by two layers---a luminal columnar epithelium with evidence of decapitation secretions and outer flattened cuboidal epithelium. Abundant plasma cells were present in the stromal core of papillae. Careful examination showed a cluster of basaloid cells with peripheral pallisading of lesional cell nuclei \[[Figure 3](#F3){ref-type="fig"}\]. Brownish pigment melanin was also seen in few of these basaloid cells. On the basis of these pathological findings a diagnosis of nevus sebaceous with foci of basal cell carcinoma and syringocystadenoma papilliferum was made.

![(a) Lesion of nevus sebaceous of Jadassohn on the left side of the face. (b) Scar of the lesion after 10 days of complete excision](IJD-60-637a-g001){#F1}

![(a) H and E stain scanner view ×4 showing nevus sebaceous and syringocystadenoma papilliferum. (b) H and E stain scanner ×4 view showing basal cell carcinoma and Syringocystadenoma papilliferum. (c) H and E stain, low power ×10 view showing dermis having mature sebaceous glands and a hair follicle](IJD-60-637a-g002){#F2}

![(a) H and E Stain High power ×40 view showing cluster of basaloid cells with peripheral pallisading of lesional cell nuclei and clefting artifact between the epithelium and stroma. (b) H and E stain, low power ×10 view showing dermal cysts with numerous papillary projections lined by two layers of a luminal columnar epithelium with evidence of decapitation secretion and outer flattened cuboidal epithelium](IJD-60-637a-g003){#F3}

Discussion {#sec1-3}
==========

Sebaceous nevi are uncommon hamartomatous lesions seen in 0.3% of neonates and 0.68% of skin biopsy specimens.\[[@ref1][@ref2][@ref3][@ref4][@ref5]\] Up to 95% occurs on the scalp and face.\[[@ref3][@ref6]\]

In 1965, Mehregan and Pinkus described the natural history of the lesion in three stages.\[[@ref6]\] In the infantile stage, the lesion presents as a characteristic quiescent yellow plaque. Histologically, there is a paucity of underdeveloped sebaceous glands and hair follicles. At the pubertal stage, growth of the lesion is accelerated and it becomes verrucous. Light microscopy shows masses of hypertrophic sebaceous glands with papillomatosis and hyperkeratosis of the overlying epidermis.

The third or neoplastic stage sees the development of secondary tumors and usually occurs in late adult life. The clinical signs suggesting neoplastic transformation include rapid enlargement or the development of nodularity or ulceration. Several different tumors of epidermal, adnexal and mesenchymal origin are known to arise. Benign tumors are the most common including syringocystadenoma papilliferum, apocrine cystadenoma, trichoblastoma, trichilemmal cysts and keratoacanthoma. Occasionally, multiple tumors are observed within a pre-existing lesion.\[[@ref6]\] Malignant degeneration, although less common, occurs with a lifetime risk of between 5% and 20%.\[[@ref7][@ref8][@ref9]\] The majority of these tumors are basal cell carcinomas but squamous cell, sebaceous and apocrine carcinomas are also recognized. Most are of low-grade malignancy but more aggressive histological features and metastases are occasionally seen. It has been suggested that these tumors may arise from pluripotential epithelial germ cells as a result of dedifferentiation of sebaceous nevus cells, the nature of the tumor depending upon the degree of subsequent differentiation.\[[@ref10]\]

Syringocystadenoma papilliferum is one of the most common benign tumor associated with nevus sebaceous.\[[@ref11]\] The histological changes are characterized by the papillomatous hyperplasia of the epidermis to different degrees. There are many irregular ducts like structures and cystic spaces lined with a double-layered epithelium.\[[@ref12]\]

Basal cell carcinoma is the most common malignant neoplasm associated with nevus sebaceous, which derives from original epithelial germ cells. It is composed of stroma-dependent multipotent basaloid cells and differentiates toward the epidermis or adnexa. It has the same origin as the nevus sebaceous and has the characteristic of multidifferentiation of the skin stem cells, although many researchers have shown that those lesions were mostly trichoblastomas misinterpreted as basal cell carcinoma.\[[@ref13]\]

There is little evidence in the literature upon which to base clinical guidelines on the management of sebaceous nevus, regarding either the age at which intervention should be planned or the best modality of treatment. The two main options are excision with primary reconstruction and histological examination around the time of puberty and the more conservative approach of excision if clinical signs of malignant transformation occur. An alternative is dermabrasion or dermablation with diathermy or laser but this does not provide tissue for histological examination and occult basal cell carcinoma has been found in lesions with no evidence of transformation either clinically or on incisional biopsy.\[[@ref14]\] Mehregan and Pinkus go further and hypothesize that superficial destruction of the lesion may provoke cellular transformation.\[[@ref6]\]

In our case the lesion was excised as an ellipse with a 2 mm clear margin and primary closer was done. The patient was advised to come for regular follow up at 1 month interval.

**What is new?**

Sebaceous nevi can change into tumor in a lifetime but appearance of two different type of tumor like one benign and one malignant tumor in a single nevus is rarest of one. Surgical excision of nevus with a safe margin should be done in all cases of sebaceous nevi.
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